Pigmented retinopathies are divided into two groups: (1) primary RP confined to the eyes; and (2) secondary RP associated with single or multiple organ system disease. Secondary RP is most often associated with nervous system involvement, morphological abnormalities, deafness, myopathy, nephropathy, and skin abnormalities.
Some are well defined non-metabolic genetic syndromes and others are related to inherited metabolic disorders. In a patient presenting with retinal abnormalities the search for a metabolic disorder will concentrate on (1) errors of lipid metabolism; (2) errors of peroxisomal functions; and (3) errors of mitochondrial functions including the respiratory chain. Biochemical investigation should be considered in patients with ocular deficits that are associated with the following abnormalities: (1) neurological involvement including muscle hypotonia, seizures, peripheral neuropathies, cerebellar signs, sensorineural hearing deficit, cerebral abnormalities, mental retardation; (2) craniofacial abnormalities; (3) hepatological abnormalities; (4) renal abnormalities; (5) cardiomegaly; (6) skeletal abnormalities; (7) skin abnormalities; (8) failure to thrive; (9) hormonal disturbances; and (10) progression of symptoms. The screening procedure for metabolic disorders includes (1) peripheral blood for acanthocytes; (2) lipid pattern including lipoproteins; (3) redox status including lactic acid, pyruvate and ketones; (4) amino acid pattern; (5) organic acid pattern in the urine; (6) very long chain fatty acids and phytanic acid; and (7) 
